The Schnitzler's syndrome is a rare entity characterized by an urticarial rash and recurrent fever in a patient with monoclonal IgM component. Other signs include joint, bone and muscle pain, enlarged spleen, liver and lymph nodes, increased erythrocyte sedimentation rate, elevated leukocyte count and abnormalities on bone morphologic investigations. Treatment of Schnitzler's syndrome is challenging. Various modalities have been employed with often inconsistent or unsatisfactory results. Here we report a patient with this rare condition treated with oral dapsone, resulting in dramatic and sustained improvement response.
INTRODUCTION
The Schnitzler syndrome is a rare and acquired systemic disease which bears in common many features with a group of inherited diseases referred to as autoinflammatory syndromes. Diagnostic criteria for Schnitzler syndrome consist of urticarial skin rash, monoclonal IgM component, and at least 2 of the following: Fever, arthralgia or arthritis, bone pain, palpable lymph nodes, liver or spleen enlargement, elevated erythrocyte sedimentation rate, leukocytosis, abnormal findings on bone morphologic investigation. Conventional therapies including, anti-histamines for the skin rash, as well as anti-inflammatory drugs, steroids and immunosuppressive drugs. However, the IL-1 receptor antagonist anakinra was found to rapidly control all the symptoms of this syndrome. About 15% to 20% of patients with a Schnitzler's will develop a lymphoproliferative disorder.
1 Amyloidosis is a concern in untreated patients. 2, 3 Here, we report a patient with this rare condition.
CASE REPORT
A 55-year-old man presented with attacks of mildly itchy skin lesions, fever and bone pain in lower limb since 9 months (one attack per month). The lesion subsided partially with oral antihistamines.
Medical and family history was unremarkable.
Clinical examination revealed multiple, bilateral, asymmetrical, well defined, erythematous and edematous urticarial plaques distributed over the trunk and extremities (Fig.1 ). Mucous membrane, hair and nail were not affected. The patient had a low grade fever (37.8ºC) and complained of pain in lower limbs. Lymph nodes, liver and spleen were not palpable.
A biopsy was taken from plaque on the left forearm. Histopathological examination was consistent with urticarial vasculitis. Perivascular lympho-monocyte with numerous neutrophils, leukocytoclasia and fibriniod degeneration within the dermal blood vessels (Fig. 2) .
Laboratory investigation revealed polymorphonu- 
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